The differential diagnosis of intracranial calcification in a microcephalic retarded infant includes both environmental and genetic causes so that the provision of a recurrence risk in an isolated case may pose a difficult problem. A cerebrospinal fluid pleocytosis might well suggest an infectious aetiology.
The purpose of this paper is to report two related infants who presented in this way and to draw attention to an inherited disorder recently delineated by Aicardi and Gouti6res,' in which calcification of the basal ganglia is associated with microcephaly, persistent cerebrospinal fluid lymphocytosis, and progressive cerebral atrophy. The Intracranial calcification may also occur in several inherited dysmorphic syndromes including the cerebro-oculo-facial syndrome (COFS), Cockayne's syndrome, and pseudohypoparathyroidism. The term 'Fahr's disease' is sometimes used in the context of non-arteriosclerotic calcification of the cerebral vessels, also known as idiopathic familial cerebrovascular ferrocalcinosis. 15 Fahr's original report 1 was of idiopathic calcification of the cerebral vessels in a 50 year old man, and since this was an isolated case it seems inappropriate to use the eponymous 'Fahr's disease' when discussing any or all of the aforementioned genetic disorders.
The disorder in the cases we have described appears identical to that documented by Aicardi and Gouti&res' in eight children from five families. Their illness was characterised by persistent cerebrospinal fluid pleocytosis, primarily a lymphocytosis, and raised cerebrospinal fluid protein. Similar cerebrospinal fluid changes were noted in the sibs reported by Babbitt et al. If the patients in these two reports are included with our own, this gives a total of 13 affected children (eight boys and five girls) from seven families with definite parental consanguinity in four instances. Consequently autosomal recessive inheritance is very probable. We suspect that the congenital heart disease in our case 1 is coincidental since this has not been described in other cases.
Attention has been drawn to the difficulty of assessing the recurrence risk when dealing with an isolated case of microcephaly and intracranial calcification.'7 The presence of a pleocytosis in the cerebrospinal fluid might well suggest a non-genetic inflammatory aetiology, so that this severe autosomal recessive form of calcification of the basal ganglia is likely to provide a serious trap for the unwary genetic counsellor. 
